mos. and 6 y r s . (fi: L=14.9 mos.; R=17.2 rnos.) and were t e s t e d o n a b a t t e r y of i n t e l l i g e n c e and l a n g u a g e m e a s u r e s . o n e y e a r p o s t o n s e t ( 2 a g e a t t e s t : L=4.3 y r s . ; R=3.9 y r s . ) . F u l l r a n g e I Q ' s (R IQ: L-98.8; R=91.1) were below C ' s f o r b o t h L (p=.02) and R S ' s ( p = . 0 1 ) , y e t most f u n c t i o n e d w i t h i n t h e normal r a n g e . Semantic comprehension was d e p r e s s e d i n b o t h L (p=.04) and R S ' s ( p = . 0 4 ) , y e t s e m a n t i c p r o d u c t i o n was d e p r e s s e d o n l y i n L (p=.02) and n o t R S ' s .
S ' s ( p = . 0 1 ) , y e t most f u n c t i o n e d w i t h i n t h e normal r a n g e . Semantic comprehension was d e p r e s s e d i n b o t h L (p=.04) and R S ' s ( p = . 0 4 ) , y e t s e m a n t i c p r o d u c t i o n was d e p r e s s e d o n l y i n L (p=.02) and n o t R S ' s .
S y n t a c t i c a b i l i t i e s were s i g n i f i c a n t l y i m p a i r e d f o r L b u t n o t R S ' s a s a s s e s s e d b y t h e m e a s u r e s summarized below. S y n t a x Measures -LS/LC RSIRC Developmental S e n t e n c e S c o r e p=.03 NS N o r t h w e s t e r n S y n t a x S c r e e n i n g T e s t p=. 0 1 NS No. Grammatic Markers Used p=.05 NS % Complex S e n t e n c e s C o r r e c t p=.O2 NS T h e s e f i n d i n g s r e v e a l t h a t e a r l y L and R l e s i o n s i m p a i r IQ and s e m a n t i c s somewhat, b u t o n l y L l e s i o n s s i g n i f i c a n t l y i m p a i r s y n t a c t i c development. The s t u d y p r o v i d e s t h e f i r s t o b j e c t i v e e v i d e n c e , b a s e d o n a c q u i r e d L and R l e s i o n s , which d e m o n s t r a t e s t h e L h e m i s p h e r e ' s e a r l y s p e c i a l i z a t i o n f o r s y n t a c t i c a b i l i t i e s .
DIFFERENTIAL SYMPTOM ONSET AND EVOLUTION IN
1667 CLINICAL SUBGROUPS OF TOURETTE SYNDROME.
Gabor Barabas and Wendy Matthews (Spon. by Thomas Hegyi), University of Medicine and Dentistry of New Jersey-Rutgers Medical School, Department of Pediatrics.
Having recently reported a high incidence of migraine among Tourette Syndrome ITS] patients and their families, and having found a greater prevalence of associated symptoms (e.g., somnambulism, night-terrors) and motion sickness in this clinically-identified subgroup, we investigated t h e possibility of a differential onset and evolution of t i c symptoms depending upon t h e presence or absence of migraine in t h e patient and/or his or her immediate family. With a sample of 36 Tourette Syndrome children ranging in age from 5 t o 19 years (?=11.9 years), we compared t h e 24 patients with either migraine (n=12) or a family history of migraine (n=IZ) (i.e., t h e "TSlmigraine" group) with 12 patients having neither migraine nor a family history of migraine (i.e., the "TS/non-migraine" group). Significant differences were found: The TSImigraine group had onset of motor tics a t an average age of 7.5 years, in contrast t o 8.3 years in t h e TS/non-migraine roup tics emerged a t an average age of 7.4 years in t h e TsfmigrainII".Pdup, compared with 10.2 years in t h e TS/non-migraine group. Compulsive a c t s such a s touching objects, self, or others, were noted a t an average age of 6.6 years in t h e TSlmigraine group and 9.8 years in the TSlnonmigraine group. Among TSImigraine patients, t h e majority of symptoms (75.8%) were present before age 8, in contrast t o t h e TS/non-migraine patients in whom the majority of symptoms (82.5% appeared after age 8. S u c k i n g b e h a v i o r i n growing p r e m a t u r e i n f a n t s h a s r e c e i v e d l i t t l e a t t e n t i o n . N o n -n u t r i t i v e (NNS) and n u t r i t i v e (NS) s u c k i n g was measured by s u c k o m e t e r 30 m i n u t e s p r i o r t o r o u t i n e f e e d i n g s , i n 11 p r e m a t u r e , AGA i n f a n t s a t 5-12 weeks of a g e , mean c o r r e c t e d a g e (C.A.) = 39-40 weeks. S i x i n f a n t s had i n t r a v e n t r i c u l a r hemorrhage (IVH) by c r a n i a l u l t r a s o u n d and c o m p u t e r i z e d tomog r a p h y . Non-IVH (n=5) i n f a n t s i n c l u d e d 2 w i t h methadone a b s t i n e n c e syndrome, 2 w i t h a p n e a / b r a d y c a r d i a t r e a t e d w i t h m e t h y l x a n t h i n e s , and 1 w i t h h y d r a n c e p h a l y .
Sucking r a t e ( s u c k s 1 s e c ) was measured d u r i n g c o n t i n u o u s ( o r t h e l o n g e s t ) s u c k i n g b u r s t s . s u c k i n g r a t e (NNS) s u c k i n g r a t e (NS) IVH group (n=5) 1.37 s u c k s / s e c 1.25 s u c k s / s e c h y d r a n c e p h a l y ( n = l ) 1 .68
" "
The d a t a i n d i c a t e s t h a t i n NNS, s u c k i n g r a t e is s l o w e r i n i n f a n t s w i t h IVH and h y d r a n c e p h a l y v e r s u s t h o s t w i t h o u t IVH. The d e c r e a s e i n r a t e from NNS t o NS i s l e s s i n t h e IVH group and h y d r a n c e p h a l y v s . t h e non-IVH g r o u p . Thus, p r e m a t u r e i n f a n t s w i t h CNS s t r u c t u r a l damage may show d e f i c i e n t a d a p t i v e s u c k i n g b e h a v i o r .
ADRENOLEUKODYSTROPHY (ALD) WITH TRANSIENT AMAUROSI S WITHOUT CLINICAL DEGENERATION, A DISEASE VARIANT OR THI,
ALLELE. Gary G . C a r p e n t e r , Leonard J.
G r a z i a n i , J e f f e r s o n Medical C o l l e g e , P h i l a . , P a . ; -Hugo W. Moser, John F. Kennedy I n s t i t u t e , B a l t i m o r e , Md.; H e r b e r t H. Schaumberg, A l b e r t E i n s t e i n C o l l e g e of M e d i c i n e , New York, N.Y. (Spon. by H e r b e r t C. Mansmann, J r . ) A 12 y e a r o l d boy who p r e s e n t e d w i t h r a p i d o n s e t of b l i n d n e s s and u n d e r l y i n g A d d i s o n ' s d i s e a s e r e c o v e r e d v i s i o n d u r i n g maint e n a n c e w i t h h y d r o c o r t i s o n e and f l u d r o c o r t i s o n e a c e t a t e . At a g e 21 he remains c l i n i c a l l y and n e u r o l o g i c a l l y w e l l w i t h t h e except i o n s of r e d c e n t r a l s c o t o m a t a and b i l a t e r a l f l e x o r p l a n t a r r e s p o n s e s . F i b r o b l a s t a s s a y r e v e a l e d i n c r e a s e d l e v e l s of s a t u r a t e d v e r y l o n g c h a i n f a t t y a c i d s and plasma h e x a c o s a n o a t e (C26 f a t t y a c i d ) r e p r e s e n t e d 0.048% t o t a l f a t t y a c i d w i t h a C26lC22 r a t i o of 0.065, c h a r a c t e r i s t i c s of ALD h e m i z y g o s i t y .
ALD h a s been d i f f e r e n t i a t e d from Adrenomyeloneuropathy (AMN), t h e l a t t e r i n v o l v i n g t h e o l d e r male w i t h s l o w l y p r o g r e s s i v e s p a s t i c p a r a p a r e s i s , d i s t a l s y m m e t r i c a l p o l y n e u r o p a t h y and v a r i a b l e hypogonadism; b o t h a s s o c i a t e w i t h Addison's d i s e a s e . Whether t h i s p a t i e n t made t h e t r a n s i t i o n from o n e (ALD) t o t h e o t h e r (AMN) o r w h e t h e r he now shows t h e new p a t t e r n o f a t h i r d d i s e a s e w i t h a d r e n a l a n e r g y , d e f e r r e d c e n t r a l n e r v o u s s y s t e m d e c a y and e x c e s s i v e c o l l e c t i o n of s a t u r a t e d v e r y l o n g c h a i n f a t t y a c i d s , r e m a i n s q u e s t i o n a b l e . H y p o t h e t i c a l r e c o v e r y from ALD seems L e a s t l i k e l y , a p o s s i b i l i t y t h a t m i g h t r e s u l t from a t h i r d a l l e l e d i m i n i s h i n g a c c u m u l a t e d l e v e l s of v e r y l o n g c h a i n f a t t y a c i d s . EFETX?T OF MA-
HYFQXIA ON FEZU RAT BRAINS C e r e b r a l metaboliq and n e u r y t @ l o g i c c h n g e s i n . f e t a l r a t s were examined d u r l n and £01 w i n m a t e r n a l h %nn p r r t r a t s -r e 
P-Creatine decreased, i n c h c a t i n g a d i s r u p t i o n o f t h e energy state o f t h e brain.
I n r e s u s c i t a t e d dams f e t a l s u r v i v a l a t d e l i v e was 86% S w t i a l r e a s w e r e n t s of postnatal growth and d e v 3 0 p n t o? e l m i z a t i c q o f y s was s e e n i n a few a n m l s I n dams exposed to 10% f o r 30 minutes stenic h-la was more s e v e r e (~0 3pmnHg), b u t p d and %P were rrmparable to l e v e l s o b t a i n z I n dams -sed to 15% 0 f o r 60 minutes Changes i n 1 o l y t i c i n t e r m e d i a t e s q~d high energy n e t a b b l i t e s of £eta? E a i n s as we11 a s h c t l o n a l gamters were canparable to f e t u s e s of dams exposed to 15% 2 f o r 60 minqtes. The f i n k n g s i n d i c a t e that although m a t e r n a l h v i a leads to ~j o r a l t e r a t i o n s i n , t h e e n e g y s e t u s o f e f e t a l b r a i n t h l s does n o t n e c e s s a r i l y cuhunate l n o v e r t b r a i n damg&. A diagnosis' of "Near-mi s s Sudden infant neath Syndrome (SIDS)" i s u s u a l l y made a f t e r a thorough medical e v a l u a t i o n f a i l s t o r eveal t h e cause o f an apneic episode. "High r i s k " i n f a n t s a r e placed on apnea monitors o r a r e t r e a t e d with r e s p i r a t o r y stimul a n t s such a s C o r theophylline. We have t r e a t e d over twenty inf a n t s i n t h e p a s t t h r e e y e a r s with r f o r i n f a n t i l e apnea. All inf a n t s had normal d i a g n o s t i c e v a l u a t i o n s , including electroencephalograms (EEG), before s t a r t i n q treatment. Two i n f a n t s experienced s h o r t , g e n e r a l i z e d , t o n i c-cloni c s e i z u r e s soon a f t e r being t r e a t e d with C (10 mg/kg). Repeat metabolic s t u d i e s were normal and C l e v e l s were within t h e t h e r a p e u t i c range (8-20 mg/l). The s e i z u r e s were c o n t r o l led with anticonvulsants. Repeat EEG's i n both p a t i e n t s revealed e p i l e p t i f o r m discharqes. Anticonvulsant therapy was continued with complete r e s o l u t i o n of t h e apnea and no f u r t h e r s e i z u r e s . Follow-up EEG's a r e now normal and both p a t i e n t s a r e o f f a1 1 medications. Experience i n t h e s e two i n f a n t s suggests: 1)There i s a subgroup of p a t i e n t s diagnosed a s "Nearmiss SIOS" who have apnea a s s o c i a t e d with s e i z u r e s . ?)Seizure threshold may be lowered by c e n t r a l nervous system s t i m u l a n t s such a s C and may produce convulsions i n i n f a n t s with l a t e n t s e i z u r e d i s o r d e r s not d e t e c t e d by r o u t i n e EEG. 3 ) I t i s u n l i k e l y t h a t C given i n t h e r a p e u t i c doses d i r e c t l y causes s e i z u r e s , s i n c e a group of premature i n f a n t s t r e a t e d f o r neonatal apnea showed only t r a n s i e n t j i t t e r i n e s s a t l e v e l s up t o 84 rng/l. 4)C may be of value i n t h e diagnosis of i n f a n t i l e apnea caused by s e i z u r e s .
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